He cannot bear hot weather and one summer he nearly died of heat exhaustion. His brother died due to overheating. This is the most important feature of the disease, as tragedies can be avoided if this diagnosis is borne mn mind. Adequate orthodontic treatment is also desirable from an early age. The hereditary pattern may vary; the condition is often sex linked and males are more ,commonly affected.
Nonprogressive Neurogenic Muscular Atrophy with 'Voluntary Fasciculation' Victor Dubowitz MD MRCP M K, male, born 31.3.55 History: The pregnancy, labour and neonatal period were normal. He sat with support and started to crawl at 10 months. He tried to stand at one year, but was very floppy. By the age of 3 years he was able to walk with a walking machine, to ride a tricycle and to stand for short periods with support. After calipers were fitted at the age of 41 he was able to stand and to walk.
His walking has gradually improved since then. He is now also able to stand for short periods without calipers. His intellectual development has been normal. On examination (August 1961): Generalized weakness of the trunk and limb muscles; no facial involvement. The tongue showed marked atrophy and fasciculation, both at rest and on protrusion.
He stood with marked pes planus and eversion of the feet (Fig 1) . No fixed scoliosis or contractures. Ankles showed an increased range of mobility. Tendon jerks all absent; plantar response flexor.
No fasciculation was noted in his skeletal muscles, but voluntary flexion of the right middle finger produced a spontaneous large amplitude 'tremor' of that finger and an associated palpable 'fasciculation' of the belly of the flexor digitorum muscle. The movement continued until he extended the finger again. No similar response could be elicited elsewhere. Course andprogress: Over a two-year period there has been no deterioration. His locomotion has shown definite improvement. The atrophy and fasciculation of the tongue and the unusual movement of the finger remain unchanged.
Investigations
Serum enzymes: Glutamic oxaloacetic transaminase 53, aldolase 13, creatine phosphokinase 6-3 units. Muscle biopsy (triceps): Typical picture of long-standing neurogenic atrophy with numerous groups of atrophic fibres, 5-IO0 in diameter, and some residual normal-sized and giant fibres, 60-1501, in diameter (Fig 2) . Electromyography: Denervation pattern. Frequency of contractions in flexor digitorum muscle (after flexing finger): 10/sec.
Comment
The clinical picture and course in this child are consistent with a benign congenital hypotonia, but the fasciculation and atrophy of the tongue suggest a denervation atrophy. This is supported by the histological and electromyographic findings.
In view of the diagnosis, the unusual movement of the finger may be a form of fasciculation. However, fasciculation has a rate of less than 10/second, it does not produce gross movements, and it should be present at rest and not only with voluntary movement. Alternatively, this child's symptom may be comparable to the 'fasciculation tremor' described by Denny-Brown & Pennybacker (1938) . Fasciculation of the tongue or other muscles is usually thought to indicate a progressive lesion; but the clinical course in this child has been one of improvement. I think this child's pattern of disease conforms to a clinical entity of nonprogressive neurogenic muscular atrophy, of which I have seen 12 cases (Dubowitz 1963) . It starts in the first year of life with generalized muscle weakness, but shows no deterioration during childhood, adolescence or, probably, later.
Supravalvar Aortic Stenosis Associated with Mental and Physical Retardation and a Characteristic Facies D A J Williamson MD MRCP D A, male, born 21.9.59 History: Seventh of nine children. Born at term, weight 4 lb 13 oz. Admitted to hospital at 3 months with bronchopneumonia and retained there for fifteen months on account of initial feeding difficulty and poor home conditions. Loud systolic murmur noted. Gained weight slowly but steadily. No vomiting or constipation.
At 2 years loud basal systolic murmur with carotid thrill present. Some enlargement of liver and spleen. Somewhat retarded mentally. Cardiological investigations at 31 years (Dr Alan Johnson): ECG: left ventricular hypertrophy (QRS+450). Right heart catheterization: pulmonary artery pressure 40/12. Right-sided angiocardiogram showed some stenosis with poststenotic dilatation of left basal and lingular branches of pulmonary artery. Left heart catheterization: ascending aorta pressure 80/40, supravalvar zone 160/40, left ventricle 160/0 mmHg. Angiography showed hypoplasia of aorta throughout its length. Supravalvar stenosis.
Chest X-ray: cardiac pedicle narrow. Serum calcium 10-6 mg/100 ml. Present state: Weight 28' lb, height 351 in., skull circumference 191 in. Facies: rather broad forehead, widely placed eyes, baggy cheeks, large mouth with patulous lips, chin pointed and receding (Fig 1) . Enlarged superficial veins over head and neck. Fundi: retinal arteries rather narrow and tortuous. Heart: systolic murmur maximal at base and transmitted to the great
